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BBenenue
BHesamHas cMmeptb — HamOojiee TpO3HOE TPOSIBICHHE 3a00JICBaHUN CEPACYHO-COCYIUCTON
cuctemMbl. OCHOBHBIMU NPUYMHAMU BHE3AITHOM CEPIEUHON CMEPTU Y B3POCIIBIX MOXKHO CUUTATh
UIIeMHYECKYI0 O0JIe3Hb cepala U HHGApKT MUOKap/a, OJHAKO B MOCIEIHUE TOABI BCE OONIBIITYIO
OCTpOTy TmpuoOperaeT mpoOieMa BHE3alHOW CMEpPTH B OTCYTCTBHE SIBHBIX 3a00jeBaHUMN

MHOKapaa Ui KOpOHAPHBIX COCYI0B, 0COOEHHO B MOJIOAOM BO3pacTe.

CerofHs HAaKOIICHO JOCTATOYHOE KOJIMYSCTBO JAHHBIX O TMPHPOJE 3a00JIeBaHUM, COMPSHKSHHBIX
C pucKkOoM BHe3amHOW cMmepru. OmpeaeneHo, YT0O MHOTHE W3 HHUX TCHETHYECKH
JNETePMUHUPOBAHBL, a 3TO MPEACTABISAET 0COOYIO OMACHOCTh, TaK KaK MO YIpO30il HAXOIUTCS HE
TOJIbKO OOJIbHOM, y KOTOPOTO BBISIBUJIM 3a00JIEBaHUE, HO M €T0 JETH U OJIM3KHE POJACTBEHHUKH.
Jlannpie 3a00neBaHUs TOKa KpaiHE PEAKO BBIBISIOTCS B OOBIYHON KIMHHYECKOUW MpaKTHUKE.
BonbHble ymMHpaloT, Kak MpaBUIO, HE B CIENMAIU3UPOBAHHBIX CTAllMOHApaX, a JAoMa WU Ha
yAUIE, ¥ Bpady MOJUKIUHUKA WK OpUraje CKOpoil MOMOIIM OCTAeTCsl KOHCTAaTUPOBATh CMEPTh.
[Ipn 5TOM cTaBUTCS OCTAaTOYHO HEOMPENECICHHBIM UArHO3: OCTpas CepleYHO-COCYIAHCTas
HEJI0CTAaTOYHOCTh. [Ipy ayToTnCcHH HE BBIABISCTCS MOPAKSHUN MBIIIIIBI CePJIIia WITH KOPOHAPHBIX
cocymoB. Y JIeTei, Kak HHM IMapaJoKCaabHO, Yallle BCErO MOCMEPTHO JAMATHOCTHPYETCS OCTpast
pecniuparopHasi BUpycHas HMH(QEKIHUs, MUHUMAJIbHBIMU TMPOSIBICHUSMU KOTOPOM MBITAIOTCS
OOBSICHUTh BHE3AIHYI0 CMEpPTh. Bce 3TO JaeT OCHOBaHWE YTBEPKIaTh, YTO B KPYITHBIX
POCCHICKUX KIUHUKaX OTCYTCTBYET JOCTATOYHBIA OIBIT HAOMIONCHUS M BBISBICHHS JTaHHBIX
0onbHBIX. BHHMMaHuE CHENMaTUCTOB-KApAMOJIOTOB HEPEIKO MPHUBIEKAIOT TOJIBKO IEpPBbIE
CUMITOMBI 3a00JICBaHUS, MPEXK]IE BCETO CHHKOIE U MPUCTYIBI cepaneoueHus. OQHako HepenKo

IIEPBLIM U MOCIICAHUM IIPOSABICHUEM 3a0051eBaHuA ABIIETCI BHE3AHA CMCPTh.

Cunnpom bpyrana — nepsuuHas (HaciieacTBEHHAs) O0JIE3Hb apUTMOT€HE3a,
XapaKTePHU3YIOUIAsCs HATMYUEM TUIIMYHOTO KIIMHUKO-3IIEKTPOKapAHOrpaduyeckoro
CHUMITTOMOKOMIIJIEKCA, BKITIOUAIOIIETO 0c00yr0 (hopMy OioKapl paBoil HOXKY Imydka ['mca
(BITHIIT") ¢ mogpémom cermenTa ST B OMHOM MIIM HECKOIBKHX MPaBBIX TPYAHBIX OTBEACHUAX HA
anekTpokapauorpamme (OKI'), oTcyTcTBHEM CTPYKTYpHOM MATOJIOTHN CEPAIA U Pa3THIHBIMHU
AKU3HEYTPOXKAIOIIHUMU JKETYT0UYKOBBIMU apuTMUIMHU (JKA), KOTOpbIe MPUBOIAT K PE3KOMY
MOBBIIICHHUIO PUCKa Pa3BUTHUS BHe3aHOM cepaeuHoi cmeptu (BCC).

OdunmanpHas nata oTKpeITUS cUHApoMa — 1992 ron. MiMeHHO Torha MCMaHCKUE KapIuoJIoTH,

oparbsa I1. u JI. bpyraga, paboTaromue B HacTosllee BpeMs B Pa3IMYHBIX KIMHUKAX MUDA,



BIIEPBBIC OMHCAIN KIMHUKO-3JIEKTpOKapArorpadguueckuii CHHIPOM, OOBENUHSIONIMN YacThie
CeMENHBIE CIyYal CUHKOMAJIbHBIX COCTOSSHUM WJIM BHE3allHOW CMEPTH  BCIIEICTBUE
nonuMop(HOI YKEITYI0UKOBOI TaxXUKapJuu, U pErucTpauuio CHEeI(PUIESCKOTO
aNeKTpokapauorpadguueckoro  marrepHa.  IIperMylnecTBeHHBI  BO3pacT  KIMHHYECKOM
maaudecrauu Cb — 30-40 net, omHako BIIEPBBIC JAHHBINA CHHIPOM OBLT OITUCAH Y TPEXJICTHEH
JEBOYKM, UMEBIICH YaCThIe SIMU30/bI TOTEPH CO3HAHMS M BIIOCJIEACTBUHU BHE3AIMHO MOTHOIIEH,
HECMOTpPSl Ha AaKTUBHYI0 AHTHAPUTMHUYECKYIO TEPANUI0 U MMIUIAHTALMIO KAPAUOCTUMYISATOPA.
Knuandeckass kapTuHa 3a00JIeBaHUSI XapaKTEPU3YeTCs] YacThIM BO3SHHUKHOBCHHEM CHUHKOIIC Ha
(hoHE MPUCTYIOB >KETYIOYKOBON TaXUKAPAUU U BHE3AMHON CMEPTHIO, MPEUMYIIIECTBEHHO BO CHE,

a TaKXKC OTCYTCTBUEM IMPHU3HAKOB OPTaHUYCCKOTO IMOPAXKCHUA MHUOKapaa IpH ayTOIICHUH.

ITHOJIOTHA

Cunpnpom bpyrazna siBisieTcss MOHOTEHHBIM TTOJIMIIOKYCHBIM 3200JI€BaHUEM; HICHTU(UITPOBAHO
6onee 20 MPUUMHHBIX TEHOB, CBSI3aHHBIX C PA3BUTHEM ITON KapIUOJIOTUIECKON MaTOIOTHH.
[TepBoe reneTnyeckoe M3MEHEHUE, KOTOPOE CBSA3aU C pa3BUTHEM cuHApoMa bpyrazna, 6b110
oOHapyxeHo B reHe SCNSA, KOTOpBIi KOTUPYET CHHTE3 CEPACYHON 0-CyOBETNHUIIBI
MOTEHIMAT-3aBUCUMOT0 HaTpueBoro kanana Navl.5. DToT kaHan obecreunBaeTt

MOCTYIJIEHHE NOHOB HAaTPUs B KJIETKY U UTPAET INIaBHYIO POJIb B IPOBEJIEHUU CEPAEUHOTO
COKpAILEHMs], KOOPAUHALIMYU U MOAJEPKAHUN HOPMAJIBHOTO CEPICYHOI0 puTMa. Takke 3T0T
KaHaJl 00ecTieunBaeT MO3AHUI BXoAAIIHN HaTpueBblid ToK (INalL), koTopblii BIuseT Ha
penossipuzaiuio u peppakrepHocts. Myrtanuu reHa SCNSA, KOTOpbie yMEHBIIAIOT TUK TOKA
INav1.5 BenyT k pa3BuTHiO (peHOTHIIA cCUHApPOMA bpyraga. 3To ocHOBOIONAraroIiee OTKPHITHE
o0ecreunsio KpUTHIeCKoe MOHUMaHue MeXaHu3Ma CHHIpoMa bpyrazia u BeIIEIHIO CHUKEHHE
iotHocTH INa Kak KpaeyroiabHbIN KaMeHb MaTO()U3UOIOTHH, JIEKAIIUH B OCHOBE 3TOTO
COCTOSIHHSL.

C momenTa naentudukanuu rera SCNSA B 1998 romy B kauecTBe MepBOTO T€HETUYECKOTO
BMHOBHUKA, OBIJIO BBISIBIICHO Ooiee 450 maToreHHbIX BAPHAHTOB B 24 TeHaX, KOTOphIE
CBSI3BIBAIOT C pa3BuTHeM cuHapoma bpyrana (ABCC9, CACNA1C, CACNA2DI1, CACNB2,
FGF12, GPDIL, HCN4, HEY2, KCND2, KCND3, KCNE3, KCNES5, KCNH2, KCNIJ§, PKP2,
RANGREF, SCN10A, SCN1B, SCN2B, SCN3B, SCN5A, SEMA3A, SLMAP, u TRPM4).
JlaHHBIE reHbl KOAUPYIOT CEPICYHbIE HATPUEBBIE, KAJTUEBbIE U KaJIbI[UEBHIC HOHHBIEC KAHAJIBI,
ydacTByoImue B hopmupoBanuu norenimana aeiicrsus (I1/1) B Muokapae, wiu

ACCOLMUPOBAHHBIC C HUMU 66J'IKI/I, 4TO MO3BOJIACT paCcCMAaTpuBaTh CUHAPOM Epyraﬂa Kak



BPOXICHHYIO (HepBI/I‘IHYIO) HOHHYIO KaHaJIOIIaTUur € ayTOCOMHO-JOMHWHAHTHBIM TUIIOM

HacJI€JOBaHUA.

Ilatorene3 cunapoma bpyrana

[TpuumnnO# cunapoMa bpyrana sBISIOTCS TeHETHYECKN 00YCIIOBIICHHBIE HAPYIICHUS (PYHKITHH
TpaHCMEMOpPaHHBIX HOHHBIX KaHaoB. OrnpeeieHHble MyTallud T€HOB BBI3bIBAIOT U3MEHEHUS
B OeJKax-TPaHCIIOPTUPOBILMKAX BAXKHENUIINX IEKTPOIUTOB, 00ECIIEUNBAIOIIUX
ANEKTPOXUMHUIECKUH mporiecc Bo30yx)aeHust. K HUM OTHOCSTCSI HATPUH, KWW, KaTbIHA U
maruuil. [Ipu cunnpome bpyrana yaie Bcero 6;0kupyeTcs IOCTyIUIEHUE HOHOB HATPUs B
KapJAMOMHOLIUTHL. DTO HE JaeT BOZMOKHOCTH OpPraHU30BaTh HEOOXOMMOE pacciiabiieHue
mblibl. Hanbonee nonsepKeHHbIM OKa3ascs MpaBblii xkemynoyek. IMEHHO B 3TOi 30HE
(opmupyeTcst aHOMasIbHAasi aKTUBHOCTD, BBI3bIBAIOIAs MapOKCU3Mbl JKA.

MyTanuu B 6e1Kax HaTPUEBBIX KaHAJIOB IEMOHCTPUPYIOT OModu3ndIecKuii peHoTHun morepu
/cumxenus gynkiuu (loss of function - LOF), T.e. BBI3bIBalOT YCKOPEHHYIO HHAKTUBALIMIO
KaHaJla, B pe3yJIbTaTe 4ero MUKoBas INIOTHOCTh HaTpueBoro Toka (INa) Ha noBepxHocTH
KapJUOMHOIIUTA CHI)KACTCS I yTpauuBaetcs. buodusnueckuii apdexr LOF npu cuaapome
Bpyrana o0ycnoBieH TpaHCasILIUel H3MEHEHHBIX OETKOBBIX KaHAJIOB, KOTOPBIE INOO HE MOTYT
JOCTUYB TUIa3MaTHYECKON MeMOpaHbl U3-3a Je()eKTOB BHYTPUKIIETOUHOTO TpaHCIIOPTa, I1M00
paspylIaroTcs Yepe3 HOHCEHC-onocpenoBanHbii pacrnang MPHK, 6o mocturator
IU1a3MaTUYeCcKOil MeMOpaHbl, HO He CLIOCOOHBI HOPMAJILHO (DYHKLIMOHUPOBAaTh, HECMOTPs Ha
MOBEPXHOCTHYIO JIOKaJIU3aluio. buopusnyeckuii aHanu3 MyTaHTHBIX KaHAJIOB B IIOCIIEAHEM
Clly4ae MOKa3bIBa€T U3MEHEHNSI KNHETUKH aKTUBALMU WJIM NHAKTUBALUU (CIBUT KPUBOM
aKTHBALIUU B CTOPOHY 0oJjiee MOJI0KUTENIBbHBIX 3HAYEHNUH, YCKOPEHHAs! MHAKTUBALMA) 110
CPaBHEHMIO C KaHaJaMH JIUKOTO TUIIA, YTO YBEJIIMYUBAET CTEIIEHD ACTIONIApU3aLnY,
HEoOXoauMYyIo 11 akTuBauuu. HecMoTpst Ha pa3HOOOpa3Hble MEXaHU3MBbI TOBPEXKICHUS,
OOLIMM pe3yabTaToM HapylleHus (QyHKIIMOHUPOBAHUS HATpUEBbIX KaHaloB Navl.5 sBisercs
CHI)KEHHE WIH yTpaTa CyMMapHOT'O BXOZSIIEr0 HaTPUEBOTO TOKa.

ITo Takomy xe 6nodusnueckomy penoruny LOF peanusyrorcs MyTanuu B reHaxX KajibLIMEBbIX
KaHAJIOB, AIIEKTPOPUZNOTIOTHIECKAM I(PPEKTOM KOTOPHIX SBISIETCS CHIKCHHE BXOJSIIETO
kanbieBoro Toka (ICa-L) Bo Bpems ¢a3sl tuiato [T/1.

MyTanuu B reHax KaJIMEBbIX KaHaJaX U UX MOLYIATOPAX PEATU3YIOTCS 110 IPOTUBOIIOIOKHOMY
MEXaHU3My — MeXaHu3My ycuiieHus gynkimu (gain-of-function - GOF), B pe3ynbrare yero

ucxofsmue penonspusytomiue kanuesbie Toku (Ito, If, IKs, IK-ATP) ycunusarotcs.



Takum o6pa3om, NEpBONPUUNHON HOHHOTO AUcOaaHca pu cuHapoMme bpyrana sBisrores

MyTaluu B rcHax, KOAUPYIOIIHUX TpaHCMeM6paHHBIe HOHHBIC KaHaJIbl, KOTOPELIC

HCIMOCPCACTBCHHO BbBI3BIBAIOT 100 YMCHBIICHUC CUJIbI BXOAIINX HATPHUCBOI'O U KAJILIITUCBOT'O

TOKOB, 100 YBCIIMYCHUEC CUJIbI BBIXOJAMUX KAJIHMCBBIX TOKOB.

Kannudeckne ¢gopmbl

e [lonnas ¢popma cunapoma bpyrana - 3To TUIUYHAA ANIeKTpoKapaAuorpaduueckast

kaptuHa (bpyraga-nmarrepn 1 tuna na OKI') ¢ cuHkone, NpecuHKOIE, CITydasiMu

KJIMHUYECKOHN WM BHE3AMHOM cMepTH BeneacTue nonumopduoit XKT/DXK;

e Henonnas gopma cunapoma bpyrana, kotopas 00beJUHIET HECKOJIBKO

KIIMHUYCCKHUX BAPUAHTOB:

Kaunuka

Knunnyeckue BapuaHThI:

TUMIUYHAS AJEKTpoKapauorpadguueckas KapTUHA Y aCUMITOMATHYHBIX OOJBHBIX
0e3 ceMeHOW NCTOPUM BHE3AITHON CMEPTH WK cuHAapoMa bpyrana;

TUIMYHAs JEKTpOKapauorpaduieckas KapTHHA y aCHMITOMATHYHBIX OOJIbHBIX,
YJICHOB ceMeil OONBHBIX C MOTHON (GOpPMOIi CHHAPOMA;

TUNIUYHAs ~ JIEKTpoKapauorpaduueckass  KapTHHA  [OCJIE€  MPOBENIEHUs
(hapMaKoJIOTHYECKUX TECTOB y aCUMIITOMATUYHBIX OOCIEIYyeMBIX, YWIEHOB CeMel
OOJBHBIX € MOTHOM (popMOt CHHIpOMA;

TUNIUYHAs  JIEKTpoKapAauorpaduueckass  KapTHHA  IOCJIE€  MPOBENEHUs
(apMakoJIOTHYECKUX TECTOB Yy OOJBbHBIX C TIOBTOPHBIMH CHHKOIIE WM
UINOTIATUYECKON GUOPHILISAIINCH TIpeaCcepIuii.

DJeKTpoKapauorpaduIeCKue BAPUAHTHI:

TUNIUYHAS DJEKTpoKapauorpadudeckas KapThHa C sSBHOM OlOKamoil mpaBoi
HOXXKH Tiyudka ['uca, sneBanueii cermenta ST u ymmunenuem PR-unTepBana;
TUNIUYHAS DIIEKTpoKapAnorpaduyueckas KapTuHA ¢ dneBanued cermenta ST, HO
0e3 ymmHeHus PR-uHTepBana u 610kaapl mpaBoil HOXKKH ITydka [ 'uca;

HeTioyTHas OJI0Kaia MpaBoOi HOXKKM My4Ka ['mca ¢ yMepeHHOit ameBaiei cerMeHTa
ST;

M30JIMPOBAHHOE YIJIMHEHUE nHTEepBaia PR.



CuHkomanbHble CcoOCTOsSHUS, oOycnoBieHHble mnonumopduoit KT ¢ Bbeicokoit UCC (wacrto
MPOXOASAT CaMOCTOATENFHO), OCTAHOBKA CEPJACYHOM MACATEIHPHOCTH WM BHE3amHas CMEpTh
(Bcencteue Tpanchopmanuu muurensHoit KT B DX); mposBiseTcs, IaBHBIM 0o0pa3oM, B
HOouHOE Bpems. Mexay snuzonamu KT, unu pexe @I, manueHTs 66 CCUMITTOMHBI.

O6s1yHO napokcusM KT conpoBoxkaaercs:

- OIIYTUMBIMH TOTYKAMH B 00JIACTH CEp/Ilia U y4alleHUeM CepaiecOneHus;

- ODTYIIEHHOCTHIO;

- IIOTJIMBOCTHIO;

- TOJIOBOKPYKEHHEM;

- IOABJICHUEM «MYIICK» IIEPEC I1a3aMu.

JAunarnocruka

OKI' — conoHTaHHad WJMU BBI3BaHHAA aHTHAPUTMUHUECKHUM IpenapaToMm I
KJacca »xaeBanusa cerMenTta ST 20,2 MB B 21 CTaHZApTHOM OTBELEHUU
Vil wumam V2 (uHOrZa — B HETHMIHUUHBIX OTBeZeHuax VI-V2,
PACIOJOXEHHBIX Ha OZHO HUJIH ABa Mexpeb6epbsd BhIme), ¢ cerMeHToM ST
IepexomalmuM B OTPUIIATEJIbHBEIN 3y6er T — 1 Tun mM3MeHeHUM. MeHee
TUONUHA ®JeBanusa Touku J 20,2 MB, cemioo6pa3HEl IOLBEM CEI'MEHTA
ST 20,1 MB C HOJIOXHUTEJNBbHBEIM UJU ABYXdaz3HBEIM 3y6moM T (Tum 2) usau
nogseM Touku J 20,2 MB c moxmemoMm ST <0,1 MB (Trum 3). CuHzpom
Bpyraza muarHoCTUDYIOT, Korza u3MeHeHUuda Ha OKI Tuma 2 uiau 3 mog
BJIUSHUEM aHTHAPUTMHUUECKOTI'0 npenapara I KJjacca

TpaHCOOPMUDYIOTCH B 1 THII.



CMHAPOM BPYITAAA
HA DKI

Tun 1 Tun 2 Tun 3

=

CEQNOBUAHLIA BOTMHYTHIN
fgglgu-héﬁ-'m sT CEFMEHT ST CEMMEHT ST
V2 V2 L V2 L
UTPHLI,ATEanbIFI ’&/\/’\A
VB S¥YBEU T U3 V3

I'ennslit honn cunapoma bpyraga 3HaYUTETHHO MOMOTHUIICS 32 TIOCIIECIHHIE

MIATH JIET ¥ HACTOsAIIEe BPpEMsl HAaCUUTHIBaeT Oosiee 20 reHOB, MyTalllH B

KOTOPBIX MOTYT BbI3BaTh KIIMHUYECKUE NPOsiBJieHUs cuHipoMa bpyrana. OqHako TOJIbKO ABa
reHa (SCN5SA u CACN1Ac) u3 Bcex HIeHTU(PHUITUPOBAHHBIX, COCTABIISIIOT TOJABIISIONICE
00IBIINHCTBO (>75%) ciIy4yaeB C MOJIOKUTENbHBIM TeHOTUIIOM cuHapoma bpyrana. [Ipu

sToM MyTauuu B rene SCNSA BcTpeuarores ¢ yactotoi npumepHo 20-30% cpenu Bcex
KJIIMHUYECKU JAMAarHOCTHPOBAHHBIX M HE BBI3BIBAIOIIMX COMHEHHUH ciydasx cuHapoma bpyrana.
Takum 00pa3om, Ha JTaHHBI MOMEHT TOJIBKO 3aMeHBI B TeHe SCNSA SBISIOTCS

Ma)KOPHBIMHU MyTallusIMU (HanOoJiee 4acTo BCTPEUYAIOUINeCs: MyTalllu ), a O0JIbIle TOJTOBUHBI
ciy4aeB cuHIapoma bpyrana ocraiorcsi reHeTuYeckd HeylnoBUMbIMU. [loaToMy, py Hanuyuu y
nanueHTa crenuduueckoro DKI-narrepHa u Takux 0CHOBHBIX (hakTopoB pucka BCC, kak
3MU30/Ibl CUHKOIIE, OCTAHOBKA Cep/illa B aHaMHe3e, JokyMeHTHpoBaHHbIe JKT u/unu
MIOJIOKUTENBbHBIN ceMelHbIi anamHe3 BCC, npeanoutuTenbHee HauyaTh MOMCK TPUUUHHO-

clelCTBeHHBIX MyTaluii B reHe SCNSA.



Jleyenne

Crenudrueckoro yieueHust 3a00IeBaHUs HE CYIIECTBYET, IPUMEHSIOT MEIUKaMEHTO3HYIO
(aHTHAPUTMHUYECKYIO) TEPAIHIO, UCIIOIB3YIOT pa3HO0Opa3Hble UMILJIAHTHPYEMbIE
kapauosepTepsl-aedudpumiarops! (MK/).

TakTuka leueHus MaMeHTOB ¢ CHHIPOMOM bpyraia HanpsiMyio 3aBUCHUT OT CTpaTH(pUKAIUU
pucka BCC. Puck cepbe3HbIX HEOIArOMPUSITHBIX CEPICYHBIX COOBITHI Y 6€CCUMIITOMHBIX
nanueHToB 6e3 cnontanHoro DKI' bpyraga-nartepHa 1-ro Tvma uiau ToJIbKo €
ANEKTPOKapAHorpapuueCKUMU U3MEHEHUSIMH, BEI3BAHHBIMH ITPUEMOM JIEKAPCTB, SBIISCTCS
HU3KHUM U TaKHUe MalUeHThl OOBIYHO HAaxXoAATcs moj HabmoneHuem 0e3 neueHus. MmmnanTanus
HK]] 6eccumnToMHOMY ManueHTy 0€3 CIIOHTaHHOM AieBaluu cerMeHTa ST cBOAYaToro TUIa He
HpUHECHa KaKuX-T100 MPEeuMyIIeCTB.

[TonoxurenbHbI ceMelHbI aHaMHe3 cuHapoma bpyraaa win BCC He siBnseTcst 3HAYUUMBbIM
IPEIUKTOPOM HEXKeaTeNbHBIX SIBJICHUN ITpHU cuHapome bpyrana.

[Tauments co cnontanusiM DKI-narreprom bpyrazaa 1-ro Tuna, BBKUBIIKE MTOCTIE OCTAHOBKU
cep/lia, MOABEPraloTCs HANOONIBIIEMY PUCKY CEPICYHBIX COObITHI. [TarmeHTs! ¢ ncToprei
00MOpOKa HaXOAATCS B IPOMEXKYTOUHOM pucke. VX cTpatudukanms pucka 3aBUCHT, IPEXK/IC
BCEr0, OT MPEATNOIaracMoii MPUUNHBI TOTEPU CO3HAHUS (APUTMUYECKON MIIM HEapUTMHUECKOM).
EauHCTBEHHBIM METOIOM, MTO3BOJISIOLIUM CTAaTUCTUYECKU 10CTOBEpHO CHU3UTH puck BCC BceM
CHUMIITOMHBIM HAIlMEHTaM ¢ CUHApOMOM bpyrana, mepexuBIIMM OCTaHOBKY CEplla W/Win
MMEIOIINM IOKYMEHTUPOBAHHYIO CIIOHTAHHYIO ycToilunByto KT, siBIsieTcsa NCIonb30BaHUE
UK/ IIpumenenune UK/I ocymiecTBisieTCs HA OCHOBaHUHU MOKa3aHUi Beepoccuiickoro
HAy4YHOT'O 00IIIeCTBA CIEIUANINCTOB MO KIMHHUYECKOH 31eKTPO(PU3UOIOT N, APUTMOJIOTUN U
kapauoctumyssiiiua (BHOA), omyonukoBanubie B 2013 oy, B OCHOBY KOTOPBIX

HOJIOXKEHBI pekoMeHanuu, paspadoranasie ACC u AHA B 2008 rony.

Pexomenayercs npuMeHeHre XMHUIMHA y TALIMEHTOB ¢ CUHIpOMOM bpyrana ais

KyIUPOBaHUS U MPEYNPEXKACHNUS HEPEPHIBHO peluauBupyomux KA, npuBoasiux K
«QIEKTPUYECKOMY HITOpMY». M3omporepeHon (KOTOpbIN yBeIMUYMBAaET TOK Kanbuus L-tuma)
OKa3ajcs TMOJIE3HBIM JUIS JICUEHUS «APUTMHUECKOTO»/ «IIEKTPUUYECKOTO IITOpMay H
kynuposanus OX y

NAlMEHTOB C CUHAPOMOM bpyrana, HO KOHTPOJIMPYEMBIX JAHHBIX O €0 TEPAeBTUUYECKOU POIU
HeT. PexoMeHanus no KynupoBaHUIO «3JIEKTPUUECKOTO HITOPMa» U30MPOTEPEHOIOM Y

OOJIBHBIX ¢ CHHIpOMOM bpyrana coaepKuTcs 1 B COBMECTHOM PYKOBOZCTBE HKCIIEPTOB



HRS/EHRA/APHRS no auarHocTuke v BeJSHUIO MAIlHEHTOB C HACEICTBEHHBIMH MTEPBUYHBIMU

APUTMHUYCCKUMU CUHAPOMaMMU.

Xupyprudeckrue MeTo/Ibl JieueHus cuuapoma bpyraga

AOnanust aHOMallbHBIX YYaCTKOB MO3/IHEN akTuBaiuu snukapaa B BTIIK

MOXXET MOJIaBIIATh peUIUBUPYIONTYIO JKA, Kak Moka3aHo y HeOOJBIIOT0 Yncia MallieHTOB.
CornacHo oTderam, cioHTaHHbIi bpyraga-narrepu 1-ro tuma va 9KI 6bu1 ycTpaneH y
>75% mauuentos, a peuuauBbl XKT/DXK 3ameTHO yMeHbIIWINCH. OMBIT U TOCIEAYIOIIEE
HaOIIoIeHNE TTOCe a0y OTPAaHWYECHBI, U TIAIIUEHTaM, Y KOTOPBIX ObLTH OOMOPOKH WU
OCTaHOBKa cepia, pekomenayercsa yctanoButh UK/,

Wmmmantanus MK sBisieTcs: € IMHCTBEHHBIM METOA0M, TTO3BOJISIOIIUM

CTaTUCTUYECKU JOCTOBEpHO yMeHBIHNTH puck BCC Bcem marmenTam ¢ cuaapomom bpyrama
CO CIIOHTAHHOM 3eKTpoKapanorpadudeckor kaprunoit bpyrana 1-ro tuna u

noaTBepxAeHHON ycToiunBon XKT.

\

Crnucok nureparypsl:

1. KnuHuyeckne pekoMeHaaumm Accoumaumnm cepagyHo-CoCyaNCTbIX XMpypros

Poccuiickon ®epepaumn. https://racvs.ru/clinic/files/2020/brugada.pdf

2. CvHppomM Bpyraaa https://racvs.ru/clinic/files/2020/brugada.pdf
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. XypHan Nleyawwmi Bpau https://www.lvrach.ru/2002/07-08/4529592

CUHAPOM BPYTALA: KNETOYHbIE MEXAHU3MbI N NOAXOAbI K JIEHEHWNIO.

AHHanbl aputMmonorum, NQ 3, 2010
. https://www.msdmanuals.com/ru-ru/v21366643 ru

https://www.heartj.asia/jour/article/view/5391
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